A 16-year-old boy, known case of Down\'s syndrome presented with asymptomatic lesions on both forearms \[[Figure 1a](#F1){ref-type="fig"}\] and extensor aspect of the right arm \[[Figure 1b](#F1){ref-type="fig"}\] for more than 5 years. Examination revealed multiple, small, umbilicated, keratotic, erythematous to violaceous papules arranged linearly and in circles or rings with a progressive peripheral spread and involuting with hyperpigmented, reticulate, scarred areas in the center. On closer inspection, each individual papule had a peculiar crateriform appearance with a central horny plug and an elevated edge. Segments of circles showed a coalescing pattern to attain serpiginous and arciform configurations which were bilaterally symmetrical on the flexor aspect of both forearms while similar unilateral, asymmetric forms were seen on the extensor aspect of the right arm. Routine laboratory investigations were within normal limits.

![(a) Bilaterally symmetrical configurations of keratotic papules (b) Small, umbilicated papules in circular arrangement on right arm](IJD-60-638e-g001){#F1}

Histopathological examination \[Figures [2](#F2){ref-type="fig"} and [3](#F3){ref-type="fig"}\] revealed extrusion of elastic fibers and basophilic debris through a transepidermal channel and findings were confirmed by Verhoeff Van Gieson\'s special stain \[[Figure 4](#F4){ref-type="fig"}\].

![Transepidermal channel (H and E, ×4)](IJD-60-638e-g002){#F2}

![Extrusion of elastic fibers and basophilic debris through the perforated infundibular epithelium (H and E, × 40)](IJD-60-638e-g003){#F3}

![Thickened and coarse elastic fibers underneath the plugged dilated follicular infundibula giving a lumpy-bumpy appearance (Verhoeff Van Gieson stain)](IJD-60-638e-g004){#F4}

What is your diagnosis? {#sec1-1}
=======================

Answer {#sec1-2}
======

Elastosis perforans serpiginosa

Discussion {#sec1-3}
==========

Elastosis perforans serpiginosa (EPS) is a rare form of perforating dermatoses with a four-fold male predominance and usually manifests in the second decade. EPS has been categorized into three subtypes: Idiopathic, a systemic disorder associated and drug induced. Idiopathic EPS has been reported multiple times in healthy adults but rarely in pediatric age group.\[[@ref1]\] About 40% are associated with a systemic disorder such as Down\'s syndrome, Ehler-Danlos syndrome, Pseudoxanthoma elasticum, Marfan syndrome, Osteogenesis imperfecta, Rothmund-Thomson syndrome, acrogeria, and morphea.\[[@ref2]\] Of these, the most common concomitant disease is Down\'s syndrome.\[[@ref1]\] About 1% of total EPS cases are secondary to long-term penicillamine use in cases of rheumatoid arthritis, Wilson\'s disease, and cystinuria.\[[@ref2]\] Approximately, 33% patients on penicillamine therapy develop lesions of EPS.\[[@ref2]\] It typically occurs as clusters of umbilicated papules in serpiginous configurations with central atrophy most commonly on neck and extremities. Asymmetric configurations are more often seen in Down\'s syndrome and penicillamine induced EPS. It is found in only 1 percent patients with trisomy 21\[[@ref2]\] and has been reported only about 25 times in literature, and generalized forms are even rarer. Though lesions are known to be self-remitting, in patients of Down\'s syndrome, the disease runs a longer course of about 10 years on an average.\[[@ref3]\] Although atrophy is known, the scarring found, in this case, is more than usual.

Though exact etiopathogenesis is unclear, most hypotheses suggests that underlying genetic alteration or external insult to elastin fibers leads to their transepidermal elimination. Patients of Down\'s syndrome present with joint hyperlaxity, acrocyanosis, and premature aging leading to connective tissue abnormalities and predisposition to EPS.\[[@ref2]\] Schepis *et al*. suggested an immunological dysfunction secondary to abnormal phagocytic activity affecting elastin fibers in patients with Down\'s syndrome.\[[@ref3][@ref4]\] Two case reports describe the occurrence of EPS in trisomy 21 and Moyamoya disease and suggest that three copies of chromosome 21 lead to the abnormal expression of proteins that affect arterial physiology and elasticity.\[[@ref5][@ref6]\] Fujimoto *et al*. suggested an underlying defect of chemotaxis as the chief cause\[[@ref7]\] while Abe *et al*.\[[@ref8]\] and Lee *et al*.\[[@ref9]\] highlighted the role of repetitive mechanical stress and defective barrier function as underlying pathogenesis. Penicillamine chelates copper and inhibits the enzyme lysyl oxidase required for elastic fiber crosslinking thus, resulting in extrusion of abnormal elastic fibers.

Close clinical differentials of EPS include tinea corporis, perforating granuloma annulare, annular sarcoidosis, cutaneous calcinosis, and porokeratosis of Mibelli.

Treatment options include destructive modalities like cryotherapy, curettage, dermabrasion, tape stripping however with a potential risk of abnormal pigmentation, scarring, and keloid formation. Few case reports describe successful treatment with 5% Imiquimod cream. Other topical modalities include 0.1% tazarotene gel, calcipotriene, and salicylic acid ointment. Two case reports of EPS in Down\'s syndrome demonstrated therapeutic success with the use of Vitamin A. Mixed results have been demonstrated with CO~2~, Er: YAG and pulsed dye lasers. Also tried are systemic retinoids, narrow band Ultraviolet B therapy, and intralesional steroids.
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